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Soft tissue sarcomas
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Introduction. Primary pulmonary artery sarcomas (PAS) are uncommon tumors. Clinical symptoms and computed tomography
(CT) ﬁndings initially mimic pulmonary embolism (PE), and consequently imply late diagnosis. Radical resection is the only
effective therapy and might beneﬁt from adjuvant radiotherapy, chemotherapy or both.
Methods. A 45-year-old woman receiving oral contraceptives, consulted for chest pain and cough. CT was performed to discard
pulmonary embolism, showing extensive right pulmonary artery repletion defect extending into the three ipsilateral lobar and
segmental arteries, producing lung infarctions. Anticoagulant therapy was initiated. One month later the chest pain worsened,
a new CT revealed increase on repletion defect to the pulmonary arterial trunk and left pulmonary artery. Pulmonary artery
neoplasm was hypothesized due to lack of response to anticoagulants, CT ﬁndings without clinical nor echocardiographic signs of
profound venous thrombosis. FDG-PET/CT evidenced an extensive and heterogeneous area of increased uptake corresponding to
ﬁlling defects on the last CT, without distant metastasis. A radical surgical intervention included extensive tumor and pulmonary
artery trunk resection with right pneumonectomy and interposition of a self made bovine pericardial tube for reconstruction of
the pulmonary artery. A second prompt intervention was needed to resect proximal margin inﬁltration, the pulmonary valve and
the right ventricular outﬂow tract using a cryopreserved pulmonary artery homograft. Adjuvant chemotherapy was employed
postoperatively.
Results. The histopathological report was intimal pleomorphic sarcoma. The patient is doing well, asymptomatic, with no recur-
rence and 10 months tumor-free survival.
Conclusions. PAS should be considered in the differential diagnosis of pulmonary thromboembolic disease in cases that have no
risk factors for PE. PET-CT is useful to make a differential diagnosis. Radical resection and pulmonary artery or right ventricular
outﬂow tract recosntruction is the strategy for prolonged survival. The role of adjacent chemotherapy or radiotherapy seems
uncertain.
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